This study was supported, in part, by USPHS Grant GM-19513 to the University of Texas Medical Genetics Center. 1965). In these 2 cases, the twins were concordant for the syndrome and were presumably monozygotic. Two additional sets of twins, one concordant and one discordant for Cornelia de Lange syndrome, are known to the authors but have not been published with confirmatory data. It is the opinion of the authors and others (Motl and Opitz, 1971) Three months before the third pregnancy the mother underwent abdominal surgery to correct a stenotic ureter adjacent to the right renal pelvis. Five months later she had a urinary tract infection which was treated with hexamine mandelate for two weeks. Apart from this treatment and dietary supplements of iron and vitamins, no other drugs were taken during pregnancy. The mother denies any other illness during pregnancy.
The pregnancy was terminated in the thirty-ninth week by caesarian section after prolonged rupture of the amniotic membranes and fetal bradycardia. Twins were not suspected before delivery.
Ta. C. weighed 950 g, had a head circumference of 24.8 cm, and a length of 36.2 cm. A diagnosis of the Cornelia de Lange syndrome was made on the basis of: microbrachycephaly, general hirsutism, synophris, long eyelashes, elongated philtrum, small nose with anteverted nostrils, 'carp-like mouth', micromelia of the upper extremities, with each forearm terminating in a single digit, soft tissue limitation at the elbow, cardiac murmur, poorly differentiated genitalia, with hypoplastic foreskin, chordee, and incompletely descended testes, and cutaneous syndactyly of the right first and second toes ( Fig. 1 and 2 (Berg et al, 1970: McArthur and Edwards, 1967) . The pronounced variability of clinical features, as well as the prominence of structural deformities, argue against recessive inheritance. Kroth (1965) may represent a condition other than Comelia de Lange syndrome (Motl and Opitz, 1971 ).
Transmission of the abnormality by means of a dominantly expressed mutant gene or by a minute chromosome abnormality appears more likely (McArthur and Edwards, 1967) . In less than 5°4 of the cases a structural abnormality of the chromosomes has been seen. However, the nature of the chromosome abnormality has varied greatly; hence, assignment of an aetiological role to the chromosome defect, even in these cases, would not seem warranted. The presence of structural defects, as well as the frequently variable manifestations, would be consistent with either a chromosome anomaly or with a dominant mutation. In the present case there is insufficient historical, clinical, or cytogenetic evidence to assign any particular mode of inheritance.
